MIXED EXTRAGONADAL GERM CELL TUMOR OF THE ADULT LATERAL NECK
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BACKGROUND

Extragonadal germ cell tumors (EGCT) rare cancers that arise in tissue outside of
the gonads.? Most cases of extragonadal GCT have been reported in the mid-axis
of the body: anterior mediastinum (50-70%), retroperitoneum (30-40%), as well a
a few instance involving the pineal gland and sacrococcygeal region.? In adults,
over 90% of cases of malignant EGCT affect males ages 20 — 35,4 with an
estimated incidence of 1/1,000,000 to 2/1,000,000. 2

Mixed GCT are histologically defined as being composed of more than one type of
GCT.2Most cases of EGCT in the head and neck regions have been teratomas
involving the thyroid gland? and to our knowledge this study documents the first
mixed EGCT of the adult lateral neck, illustrating the unique pathology and
management outcome of this exceptionally rare disease entity.

CASE REPORT

A 52-year-old male with history of alcoholic cirrhosis presented with a rapidly
growing and painless mass on his left neck. Computed tomography of the neck
with contrast showed a complex level Il lymph node measuring 5 cm x 2.5 cm
(Figure 1). Ultrasound-guided fine needle aspiration revealed a poorly
differentiated carcinoma with neuroendocrine features and PET/CT (Figure 2) did
not show any evidence of distant metastasis outside of the neck.

The mass was removed with surgery along with ipsilateral lymph node dissection
of levels Il through IV, without complications. Histologic examination by our
pathology department classified the tumor as a mixed germ cell tumor containing
substantial amounts of yolk sac tumor, primitive neuroectodermal tumor (PNET),
large cell neuroendocrine carcinoma, and basaloid squamous cell carcinoma
along with limited amounts of teratoma and embryonal carcinoma (Figure 3 and
Figure 4). Only one of thirteen lymph nodes were positive for disease.

Post-operatively, a scrotal ultrasound performed by urology was normal and tumor
markers for GCT, including human chorionic gonadotrophin (3-HCG) and alpha-
fetoprotein (AFP), were all within normal limits. The case was discussed in a
multidisciplinary tumor board and medical oncology recommended against
adjuvant chemotherapy due to this patient's advance cirrhosis. Ultimately, it was
decided to closely monitor this patient with regular long-term cancer surveillance.

Figure 1: CT neck with contrast, axial cut
showing left level Il lymph node.

Figure 3: Histologic (A) and gross (B)
sections showing a lymph node involved
by a heterogeneous mixed germ cell
tumor.

Figure 2: PET/CT, axial cut showing an
FDG-avid left level Il lymph node.
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Figure 4: Histology demonstrating
different components of the mixed germ
cell tumor. (A) Basaloid squamous cell
carcinoma (left) and large cell
neuroendocrine carcinoma (right). (B)
Primitive neuroectodermal tumor. (C)
Immature teratoma (top) and yolk sac
tumor (bottom).

DISCUSSION

EGCT in the head and neck area are extraordinarily rare and very limited
information is currently available regarding their management. Initial workup
should include imaging with computed tomography with contrast, biopsy of the
lesion, and PET/CT to establish the diagnosis and extent of disease.

In cases where germ cell tumors are confirmed or suspected -HCG and AFP
tumor marker levels should be obtained, since they are associated with different
subtypes and can guide diagnosis, disease surveillance, and therapy efficacy.5’
B-HCG is produced by choriocarcinoma, embryonal carcinoma, and a minority of
seminomas. Whereas serum AFP levels are elevated in yolk-sac tumors and
embryonal carcinoma.” Tumor markers CEA and CA 19-9 may also be useful
makers to monitor disease progression.” Germ cell tumor found in an
extragonadal location is considered metastatic until a gonadal primary is ruled out
with a testicular exam, scrotal ultrasound, and other imaging modalities such as
PET/CT.3:8

Currently, the standard treatment approach for this group is first-line
chemotherapy. Persistent disease or relapses are either managed with second-
line chemotherapy, surgical resection, or both.’%"" Most commonly used
chemotherapeutic agent included Bleomycin, Etoposide, and Cisplatin.6.12.13
Further studies are necessary to establish the appropriate chemotherapeutic
regimen and to determine the role of radiation therapy to treat each type of EGCT.
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